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underwent curative surgery for a solitary tumor with lymph
node metastases survived for more than 3 years after sur-
gery, whereas no patients with both lymph node metastases
and intrahepatic metastases survived for 3 years [21].
Furthermore, our data suggested that the overall survival in
patients with lymph node metastasis was still poor, even if
extended lymphadenectomy beyond the hepatoduodenal
ligament had been performed. The performance of lymph
node dissection may havecontributed to local regional
control in our cohort, because there were seven 4-year
survivors with nodal involvement, including two patients
with paraaortic lymph node metastasis and another three
patients with recurrence-free survival (Table 7).

Our present study appears to demonstrate that nodal
involvement was the most significant independent predic-
tor of poor prognosis by multivariate analysis, without
reference to either macroscopic tumor type or histological
differentiation type. However, this study has several limi-
tations, in that it was conducted in retrospective fashion
with multicenter data collection. Therefore, further, pro-
spective, studies, including randomized controlled trials,
may be needed to clarify the impact of lymph node dis-
section, including extended lymphadenectomy, on ICC
patients.
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b L*cim Fbo‘/"m‘ Igm B@MM r%ﬂumfézi Tg(:ll

BRI E ﬁff?é 75», Wn%’iﬁ*&%ﬁ&%&% 5 75>'C>‘~\n
BT 597, AC R TR [gG4 Bl
PR A 2 &3 5, 1oG4 BHUAE LRI 2203,
JHASE R PSC & OEIA I & 4 5. RIERP W8
LTRSS REBH STV R W,
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H3 IgG4 Wb iRB oIS EICEN T 5 1564

BTG (ToG4 Sadiedets)

2. WEFR
FAREI 1 ToG4 ML RN e R REE, U ¥

7Bk & TgG4 B WA o8 & B % 18 ) BRI
J: ‘7 fé P L, Rk R RO 5 (172, 3).
AT IR Pese nﬁmi’c 7 JRE R ERAC R

aﬂ&.ﬂﬁwyvv/%m£%&®M%mkm&%
WKL, IgG4 B EMROBRMEED 5, PSC
TUE, LR S IR IRIE B S & B TR
HEIE % e, FA/NEME CIEFLLFRO 7 < %
FRGSRIL 2 IFB T DA%, 1gG4 BB EME OB
g & A EH S AL,

3. BEERFERR

TgG4 BEIRALMERIAE 22 PSC b & BB % (B
S HNHY, IgGh BT ELEIRELDE ) BHEOK
AW, BAMERE, eG4 BRERLEEIE 412 60
UL EOERE IS WA, PSCIL 20-30 milIcE L
HoHND, RICBIT B PSC OISHEE ML & C,
JhH & Fh 7 o TSI D PSC %57 ) b LN A DY
b D% X E S RIEERZI GG U AL
RO B B,

TgG4 MERR LM NAAE 420 75%%-77 % H I 2etE Wl
e FHRT BAY, PSC TR & A AR LIS ik
TR R R S THRE A S b r— 2 Y
L T, 1gG4 BHETILAEIIAE 42 Cld, it IpG4
LA 2EHBICES 5. HEBO PSC EFTE, My
1G4 O LHIETRS S kb 22457, it [gG4 o
LEABPSCEETHEHRESN TV LD,

TgG4 FEALMEIRE 2020, BTSRRI Lo by

26 %15 (2011

4 PSC OERIRELR &3 5 WEHR W,

) 1gG4 %@EMLI RRBOEHE LIZLIZR0 547
JEEMBEBOSHIIH TH L. PSCClE, EIME
BOGHIIEEIC K OGS, SRR 41%%-
63%Mz, PR 7%Y-13%MCA T 5.

4. BEERHR

PSC OB BTN ATE 0 & 5 Og & RS
BETHY, SREOWIRE (annular stricture),
B 1 i:(beaded appearance), % (band- like
stricuture), MEEEEM (diverticulum-like outpouch-
ing). TF# I”MV) BPE B (shaggy appearance),
A% R (pruned-tree appearance) 7 & %54
LR LS ([ 4). FHEOTBIMALE, WORTIE 87%
DIFRAMEE, 11% AHFPIIEE O AT, 2% ASHFoMH
BORTH DI, KETITE69%, 17%, 14% L4
HIAE & 512 40 Bk OBEHCIRBF RSV O
EH89% % LB DI L, 40 sRLLE OIS TIAFFAH
TREE D A DRIEAS 22% 1A B0,

B GRS IR TR BRI RO B R0 £ iE
FERETH S (05). LIRS NABE A+
BPITIE, PSC &:3&?11) Lf‘ﬁ“’ﬁ’@{ B 5 (196),
HiK 51, T9G4 BERE IS RO RO E L
T, 3mm P b0 Ev e (long segmental stricture),
10mm B B ikaE & 2 O KR O (ong stric-
ture with prestenotic dilatation) & FEIHE OB
SEEET.PSC LOEMIHRTHhA L #ﬁmt“(\n%
(7)™, S b OfRA B BRI R & IR
BHHIE I ENE VD, FTREEREOZEAPIZHE
FET 5T &b d B, BERNHSCERNEENEIDUS)
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TgG4 MR

X AEgTE IRERISAECEEL, 2k
BEOHR TR, EWICAZDEROBICHER
LTREHSN Y.
5. BEETHE
1gG4 MR LM I PSC L84 ), A7 a4 FiR
WNBRIT B, BEMTITETREN TR T4
FEEFIThN, TORMEMNVAEEL 25, [gG4
BRI R EIRT BB D A, HEHEE
B 2 DB,

B5 TG4 BRI AN % F RN Hes iR (D).

PSC

5 band-tike sricture
145 bended gpprarance
5" praned-tree appearance

(#: diverticutum-bke owpouching

Bk 89 : 89

1gG4 MM LEIREROBHFHRI T TN TH S
B, BTEORBEIS PSCICHAT, 40L A%
{DEBIEFHBIFTCHHWS,

Z DERIZ, 1gG4 BLERE LRI & & PSC ik, 175848
R A BRE. Ig(:4 @f’%ﬁ 5, xm:r»f ¥ mmfrw
BT ERD
2).

B6 IgG4 BEETALL:) m'»‘%(m I FT S O T PR
PR 9.

Sclerosing cholangitis with AIP

& éi!anm at’m mnﬁucm e
4 stricture of lower CBD

B 7 PSC & IgG4 MR LI ft & OJEE RO Hhig 2,
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96 90

Gzt B 2%1% 011

]2 Igbd PEMILIERE £ & PSC L o@v

TeG4 PIREHLALIE 5

PSC

FEAEAEED fl i B L E
il B>>% B>%
¥R B HiE T sk
M IgGd 1l - 8 ¥ BEAEEL
FHASBE TaG4 FE YRR 131 B BrAERL
o> TgG4 BT LiEsR R LiELi lBEiEnL
RAEVEI BEAYRL T 4
ik BrAEEZL Wa
A $eAz 1R T HRIEAE P

long segmental stricture
long stricture without prestenotic
dilatation

annular strictute

beaded appearance

band-like stricture

shaggy appearance
pruned-tree appearance
diverticulum-like outpouching

B WA % %
AFUA KRS B Ki
P B B0 A%

3 1gG4 MMM IR SEBRFS R (50)

WALPERAE % (PSC) & WAL

g B &R CH D (9G4 BIRBOIEMRE ThH 5. TgG4 WL

PENRAT R 0> o DR YE j% &(m
5.

(Rl B 28)
L OERES IR Mg @ N, Lehi, THMREO 1 2R EIC#ED 5,
1 BE SRR & & 561
AF0 A4 VS (RIEReE, EemE X oms

B ArbE - PRI LIRS 7 S — S R T, BRI BT 5.

2.

@AFuL RIS

1L

. TG4 BT RN 2

> 1018/ B A L e

#CT, US, IDUS. MRI % 21 & b JE e 0 2o v 5 ROAE HE B OO 3 e

=PSB R BAGEIIX, PSC O A W

1L 1gG4 BEELIEEE KoM EEE

BB L & BBIFENRIL, 43 TORBE™
RBHEIHGOILAMER L, (HE  ENE B
AR, SRS MRS, SR A b PIREE,

546 [ HANESSRS (H22924) 083 V54
AHy va TR B SR IgGd BB LIRS 45
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TgG4 BLETE(LMANGE 2

BGESE, SR, H LA, RNs R,
HEEN, REE-- %5 5 BRERE SM )

I. THIIRERED IgG4 BEB bMIEERICHEARA
ham?

JFFTERR2 T A TR A ez 13 Bl D5 M 45 0 B AR 28
EOBEIRA SIBD, BENO T ERHAERAE & B2
S ADPIEEEY D S, TEHME L5 AIP
TITE E A EPRBEEIWE LS ), BE~ORERD
PR R BRI A & B A SR D E O —D 2%
A 6NA. L L IDUS LY BLaom s
T, THEOIHERE I & RS T W, £
DOEALAIRE RO v LIHEOEE Il o &k
LG, FHERIHASEE AR b [oGd BER LIS AL T 25
BRABEZALREL.

2 PRV LEBRERCET 52

PR 72w LRI 310 2 BB R &
Y. IgG4 BB LI R & BIRCBIT T 5,

3. BBEMERICIOVT
TgG4 BRI LM IHAF 4 o I B HAS B MR 13, B
CPSC EOFEMICHMCH L, Lo L, FPESIER
EOEMICHEL T, Bilth b a—< 2 ELLEND
B, TeG4 BEEM LU 26 CIE, IR0 BH 7 IR s e
LW TH B, COFRIGIHT R L TR
LI ENEL, FRFOREIEEBETH L. IgG4
BRI g c s, ARSI L B ISR S
M o BFE EROBFE LV RRAShAFINIEL A
ETHHIE LY, IgGa PR LIEIRE % C i s
SRR RO TR B RN L.

4. BOGREMEAEEM LAV IpG4 BB s
-9

FI O SRl i e % A B L7 v TG4 I bR eEF 4
13, Btk 10% UT EMTHRH, Zhdofo FiF
PRI OB L L, XY EELENBNE
FALENSHH, INLOHTY, M 1pgG4 i LE
$5.

5. RESNEEEROKE

HHRSERNEAE A BRI & 2 IR O BUTSIE 50% FREE
THY. B8O IgGs BUBARBOBE (Z10/
BT % 1G4 MR VEEE R OEKTED K
W 20% BT Ehv. —, HEBOURERORK
T, #80% DET, WOMPCEED 1gG4 B
BAOBMEZRO - L OB S BEEN
BRAS W T, B CE O IgG4 BB EM L OEE
RO LA, 1064 BHEE RS R 2RIB T 2HE

91:91

T BN, ZOFRDATEIEESIITE ST,

F 72 DB 2 WG .

6. IgG4 BEFELIEEEL

TgG4 B LR 26049 30% T, HEERENLEL % 28
&, AR oG4 BAE LB RO RT
Bl JREENNE % ToG4 MEM LS &2 R4
LHRO—DICH Y BT s 83 hE DB EFHA,
F 7, R RO RERR O 1064 Yetn b, 1gG4
PO EAEA LR R OMBIB I IC & 2 Rk R s s AL
7.

7. FEBOEE

FEPER o 1G4 BRI L IR £ cix LI LT
FIRIBICZ 30 TG4 B R OB M £ 30 50T
WPdgid PSC & OEINCH R 2T TH 4 WHEMES D
5.

8. 2504 FORSME

TgG4 BRERRLMIEE £ AF 0 4 FHAREWT 5. 2
F U4 PR, AESEN RSN T Tu—F
2T, HESRARYIEHFTETALERHS. Ly
LINBS A R OB NBRICIIRAX S Y, e
Wi SIIRIC & B BRI L D B v o lIR T
HAH, BHGPENERTLL0CE, 2504 FOK
B L > TBH 2 HE S A ME-TIT LRI Es
RETH5,

9. IREE, PSC &D#E7)

TgG4 BETE(LIENEA R & PSC & oI RRe Gz &
E D EBKNESTH LA, FFPITRINAES & 0D
RICEETH L. PWEEORIC, HEHETHE
THIEHRKETHLEEHRATRETH 5,

10. IgG4 BEREEIRE oM ER

TeGA BREM LIS ROZHRRZIIOWTHIBL,
BHOHRIEEB oMo o, RIODWRERIC
FOTEF 45 BRI WTS 5251
AR THD.

BbHUZ

TgG4 BRI LI IRAE 21, 1oG4 RO LI o )E
ERETDHY, EROTREERKIENT S
BEREDPBMAFIRH LS TROBISHFIET S, 1oG4
B ARAL VA OB ETIZ B v T, R % PSC
EDOERVHEE 2 5.
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1gG4 ML REIR S 4 93 : 93
IgG4-related sclerosing cholangitis

Terumi Kamisawa", Toshio Tsuyuguchi®, Seiji Kawasaki”,
Susumu Tazuma”, Kazuo Inui®

Autoimmune pancreatitis (AIP) and its various extrapancreatic lesions are cufrently considered torepresent
manifestations of organs involved IgGd-related systemic sclerosing disease. Although most cases of IgG4-
related sclerosing cholangitis are associated with AIP, there are some cases with no apparent pancreatic lesions
compatible with AIP. Considering the age of onset, associated diseases, cholangiography. serum IgG4 levels, and
steroid responsiveness, [gG4-related sclerosing cholangitis differs from primary sclerosing cholangitis. To diag-
nose IgG4-related sclerosing disease, it is most important to differentiate from bile duct cancer. IgG4-related
sclerosing cholangitis should be diagnosed on the basis of combinations of cholangiography, serum IgG4 levels,
endoscopic biopsy from the bile duct, and steroid responsiveness.

JJBA 2011; 25: 8693

! Department of Internal Medicine, Tokyo Metropolitan Komagome Hospital (Tokyo)

? Department of Medicine and Clinical Oncology, Graduate School of Medicine Chiba University (Chiba)

¥ Department of Hepatobiliary Pancreatic Surgery, Juntendo University (Tokyo)

? Department of General Internal Medicine, Hiroshima University Graduate School of Medical Science Pro-
grams of Applied Medicine Clinical Pharmacotherapy (Hiroshima)

¥ Department of Internal Medicine, Second Teaching Hospital, Fujita Health University (Nagoya)

Key Words: autoimmune pancreatitis, IgG4-related sclerosing cholangitis, IgG4-related sclerosing disease, bile

duct cancer, primary sclerosing cholangitis
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W EPE B S 72 b 5

i

VR DA

525 FARE | VR PR 2%,

TIgGABER (LA 2%,

ERCP, MRCP

8IS

JFA - BESHIEAE O BRI 28 I g 2 W o
M L B ICRIEASEINL TS, il
MW%%W IR AR AL & B B
D,ﬂﬂ B A REE L COEVIIZT 50
EWhid B0, FRINAHOMITHRZE & LT
%%Wm&mﬁﬁﬁ%%éhfu%,%ww
WO DD FPER SN TELY, HFIgG4

%ﬁﬁ%*“%?é@%ﬁﬁ%ﬁ%&%%@
IRGEMERL LIRS 2 5 OV MR LR

%“®EH#X%T6%UE%P%%ktb
D0H 5.

ARETI, TR BT T R B S (e
TR RIS 58) 12 X 5 A O -
HEE R R B4 2 B AT CRAEID 12815 %
TRECIMERRE %% - BB WG T 5hT
W 5 LRI SR WL HE R R D FR A & 48 7
552

L IEREE R DR
&, BLEERE g 2 2 O

FRWGT

B &R MR B 2 b IR 78 M AL M IR Aw %
(Primary sclerosing cholangitis, PSC), I1gG4
BEERE LS g8, T RPER LRI g1 4y
LU 72, PSCIERIAARHONTIN « AT4HIRAE 12

REME S % 4 U BT S M LEER T H
0, MR EED < IRME TR M AR Je

e ERORTZN(BCREERE 2 &
0 [gG4 B0 B & O IEAEIN D) kAt &
%.X%H4F”i7$%®%mﬁ®%MT

ﬁ» ,%Mg(;z;
%ﬁ&@ Ho%é%%?%b AFwA4 F
KISHEOMMMRETH 545, £z, IR
B %vzw%wgmau CHE bR 2R
EETHY &%@m%m%%aufm
D, OWﬁ&@aﬁ%mtwﬁum

YuiE), QOMETE ﬁ%&ﬂ%c*%%%&o#
SRS o S IR R L2 L, OME
DFMeME, ORIEERERL L TICZ DO
FE - FREMESE, OKIERT, O
ﬁ&@m&M%m,owgmwm&ﬁ%,@
AR (P AAD 12 & 5 BB R

Sususmu TAZUMA : Diagnostic Criteria proposed for Sclerosing cholangitis
MR RAEREHR A AR - AR [T 734-8551 IKEHRIX A 1-2-3]

BPHEIE 62 (4) @ 769-774, 2011 769
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#1 PSCUrEHE(20034E) (BELHES)

1. MEEERIC & 5 AN & AR O 54

BATR

2. BRER{R, MR RAPSCIZFE L &n
IBD OBRER:, JHit S -8 & Bk
ALPDIFH FBR2 ~ 345l L ooshiss 6 » A BL#gE

3. BRSHEH
AIDS {2 # 5 IHERZE

RECE OB %E (PSC DRBWT b 84T § 5 B8 135 <O

BEEOFH, SHi
AT
TSR
@ﬁﬁ@&%m@%
LI P > B2

ﬂoxundme (5FU) QBRI 52 5 HEsesE

us:

ERCP:

MRCP:

FFRSEE OFRIESEIRE. %W%ﬂﬂ%?ﬁ%%{ﬁ&?g{% . A EE OILRRES M.
BEENENS<, ERCPIET multifocal stricturing IEENEAEC ERCPIET
5 T3 o DB e apoarnoet I
BESOHRE STV, %ﬁjfﬁx%§;ﬁ+§}?ﬁ% BEARHEh TV,

=1 PSC@E&%%&(US, ERCP, MRCP) (&53C#R1 & O 51D

BIUZES L OMNEENBED. 727, PSCTY
IgGAEA#RTED0EH 09, Bkcld i
DOWFEREMIREETH S.

PSC & IgGARE{ LIS R®

“,@%§ﬁ®ﬁ$
1. PSCOZHEELYTER
PSCIHERAHTH 54, RIEHHER

(IBD) DEBENR LT & H 5 X OBE R

AT 5. 200350 b B EDOEEHTIE?,
ZORBEEEIIRRE L, BIEFEHILZ20
L 60mMR D2 TH 5. IFANFIHEE

WA ORBHMNE <, BEMXE KON
E3T% IR B, HBRERERE, &
FREAEERTH D, MEEFERETEFE
ALP, ALT, YYLY VBl RD 5. /-
Rk %2, PRI SR 6N 35,
ERCP %> MRCP = & 5 Ry Zx BHAE 1% (Bck

770 AFHERE 627445 - 20114F4 1
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F2 PSCIBHRMRIS - SoER

1. MRS & B BUMRY & I o SR T L
2. FRERI®, MEELSATRAPSCICFE LA (*1)
IBD ORERY, THH S - & B8R
ALP D IEH L2 ~ 3S5LI LRSI 6 4 H LR

3. BIHEE
AIDS 25 NEEAZE

HE OO NSRS (PSC DM A 474 2 B AR <) (*2)

TEHOFEN, IHE
FEE

T B MR LMD A 5%
KL= P 5 PR REZE (L

floxuridine (5-FU) DEIIRAIIR 51208 5 IR

B g (AIP) (*3)

*1. BEETIEA, *2, PSCRRMFERIZEE® &5 5 R IR

A UEn, *30 AP RS 5

R OIRERE S RIKED A D

6, 67 ALLEORATEIR

il BIEE T 5, QFFE CIRED AR AIH) & O —/5—
T TERDSILNH D, FHERELETHEL, ¥ 5.

WL E) B EEETH 5. PRE
& U TR S & JR MG 95 OBE 256
V. BUE, PSCORMNICIEER 1129 Lindor
5 DR L 7z Wi A < B Tn

HHILWREL A VY ADREBLEITVHS
EZATHAHXD. —F, BKTIEZIBDO
AP EEAERE 55T B, batlElT
i3, QOIBD OGBS BT &, Of
BOW R AE S E W & 20 BTl
DA DT 2 bEBICHIL 7B
DBEREINBENETHAS. PSCIRIBEES
U A BFOI LB EL<HENTHDY,
PSCIzliiic RIS ERRY b hb T &
BdHoTh, ThERITBNETIEEN,
F7e, OISR (AIP) i Pk 5 WL
BHRERBEAT DRI L A8ETNETH S
5. R2CWEERERT. BERELT, O
HERE BB RO LA 6 7 A E

DAHEFT M O ERIK AR 5 & PSC D72 Wr % W w
TH5ZE, QFFHETEACAEEFREED
F—=N—=F w TERD DB EHH 0 ERTH
Mg achiEr ol 2b0Ch
<.

2. IgGABIERE{LMEER & 2OBHEEE
Bl ORISR & St IgGA KR A &
DB & 2 BRI PE S T LR 2
BAFOA FHBICRIGT 5 2 &880,
2007 4712 B2 7 @Rl IR B R Bh 6 (AR I
REBGLARIT R S ) 1 & AR OB - BEE
PERRIZBE 3 B JHENFECATRIE) & HE MR
ERFRATTI S GBI &R 7 — % v 3
&0, TREARHOBLEHE ZODTHE W
WO/ HEIRED, ZOERIE, B

(Type2) 12 & HF PSC (TypeD T LT
B e EMICITFTS U B EE O RN E W D
L&, IgGAE 135 mg/dIBl L& H v M4 T1E

W 62%:4% - 201174 . 771
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|3 IgG4 BERE( LI

%

BT HEHE (30)

1. MEdsc
2. MiEIgG4 > 135 mg/dl
RExEiRL3as)
O RS
@FEA WD RAR -
O I AR
4, AFu4
5. BHAEWRELG

& % JRLRY 2 AT O ST R

u‘@?&ﬂi 7=

F RS (R B kg X 0.5 mg, 2 AR TEHE)

(AW T B 75 R PR ERER S THTREAIT J5 1 B RERS T 5

< HHHE Y v R

- PAZEMERF RS I &

B, TR, SR
- IgGa R B e 7

- D1 L2 ~400Fhds, O50Ah
588 D104, @2~ 4025 H L GERIBAFF L &)

Case 5. 63yo. Female

ERCP:
1, FFRISMBE O % Rk,

2. EEEOUSILE,

B2 PSC & B kg oo jHeg

ETBEBNEENEE S L, ZAFuaAfF
ANZKE 2 ISR BIFTH 5 2 &, UDCA
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